SUMMARY An 8 year old girl with seronegative pauciarticular onset juvenile chronic arthritis who developed progressive joint destruction and aortic incompetence is presented.
Cardiac involvement is a rare complication of juvenile chronic arthritis. Pericarditis is the most common form and is seen predominantly in systemic onset disease. 2 Pericardial and valvular abnormalities have also been reported in seropositive juvenile rheumatoid arthritis,3 while aortic incompetence is occasionally seen in juvenile ankylosing spondylitis. Involvement in pauciarticular pattern disease, in which four or less joints are affected in the first three months, is rare. 4 In the absence of nodules or endocarditis it was considered that the valve lesion was secondary to aortitis. In view of the probability of active aortitis and progressive joint destruction, treatment with chlorambucil 2 mg daily was started and treatment with prednisolone increased to 10 mg and 2 mg on alternating days. At follow up in January 1985 she had improved generally and gained weight. The erythrocyte sedimentation rate had fallen to 25 mm.
Discussion
This is the first case of aortic incompetence in pauciarticular juvenile chronic arthritis in this unit. Cardiac involvement is well described in the systemic pattern of disease.' 2 Clinical pericarditis is seen in about 10% of patients, while postmortem studies show a high incidence of 45%/.1 In addition, a true myocarditis accompanying pericarditis and also valvular damage has been described,2 but this feature is unusual and, if present, minimal. Valve damage is also seen in seropositive juvenile rheumatoid arthritis' 3 and is associated with severe destructive articular disease and a high titre of rheumatoid factor. The valve cusps become infiltrated, eroded, and deformed by nodules. Aortic incompetence is also a well recognised complication of juvenile onset spondylitis as a result of aortitis.-Our patient falls into none of these categories. She has pauciarticular, seronegative, and HLA-B27 negative disease. Her fevers were not thought to be a manifestation of systemic juvenile chronic arthritis, the fever being low grade and sustained rather than high and remittent. Kramer et al described the case of a woman with isolated aortic involvement and a monoarthritis of her knee progressing to polyarthritis with iridocyclitis;6 but this patient had had a systemic presentation two years previously.
The differential diagnosis in this child included infective endocarditis, coarctation of the aorta, and rheumatic fever. These were excluded as far as possible by the appropriate investigations described above. The diagnosis of aortitis was made by exclusion, there being no evidence to support an infective, acute rheumatic, or nodular aetiology in the absence of active disease. Treatment with gold and penicillamine failed to control the arthritis both clinically and radiologically, and in view of the life threatening nature of the cardiac lesion and the progressive destructive nature of the arthritis, treatment with chlorambucil was justified. Valve replacement presents particular technical difficulties in a small child in the presence of active aortitis,5 and as she is well compensated at present, possibly protected by her immobility, surgery has been deferred. 
